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Gzet 

Tiroid anjiosarkomlari tipik olarak infiltratif ve biiyiik ttimérlerdir ve klinik bulgu- 
lari anaplastik tiroid kanserine ¢ok benzer. Erken hematojen yayilim cok sik iken, 
bélgesel lenf nodu metastazi oldukga nadirdir. Bu yazida 68 yasinda bir erkek 
hastada bdlgesel lenf bezi metastazi olan tiroid anjiosarkom olgusu bildirilmistir. 
Hastaya total tiroidektomi ile birlikte sag modifiye radikal boyun diseksiyonu uy- 
gulandi. Disseke edilen 19 lenf nodunun dordiinde metastaz saptandi. Metastatik 
tiimor cok sayida kan dolu yariklari igeren sarkomatéz alanlardan olusmaktaydi. 
Ameliyattan sonra PET-CT cekilen hastada multip| metastazlar saptandi. Tiroid 
anjiosarkomlar! anjiomatoid anaplastik karsinomlardan tamamen farkli tiimorler- 
dir. Bu tiimorlerde uzun sag kalim sadece agresif cerrahi ile miimkiindiir ve bolge- 
sel lenf bezi metastazi varliginda boyun diseksiyonu yapilmalidir. 
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Abstract 

Thyroid angiosarcomas are typically infiltrative and large tumors with very similar 
clinical findings of anaplastic carcinoma of thyroid. Early hematogenous metasta- 
sis is very frequent, but regional lymph node metastasis is quite rare. We present 
a case of angiosarcoma of the thyroid gland in a 68 years old man with regional 
lymph node metastasis. Total thyroidectomy with right modified radical neck dis- 
section was applied. Four out of 19 lymph nodes dissected were seen to contain 
metastasis. Metastatic tumor was composed of sarcomatous areas containing 
large numbers of blood filled clefts. There after the surgery PET-CT was perfor- 
med and multiple metastatic involvements were reported. Thyroid angiosarcomas 
are completely different tumors from angiomatoid anaplastic carcinomas. Longer 
survival with these tumors is only possible with agressive surgery and in case of 
regional LN metastasis, neck dissection should be done. 
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Introduction 

The thyroid gland is composed of different cells like thyroid folli- 
cular cells, parafollicular cells, vascular endothelium and smooth 
muscle cells, lymphocytes, neuroendocrine cells, and connective 
tissues. Each of these cells have potential for malignant trans- 
formation to produce different types of cancers [1]. Angiosar- 
comas arise from blood or lymphatic vessels. The incidence is 
highest in European Alpine regions and it constitutes 2-10 % of 
all malignant thyroid tumors in Switzerland, Austria and north- 
ern Italy. In other parts of the world it is extremely rare [2,3]. 
In an analysis of 7023 thyroidectomy specimens reported from 
Singapore, only two angiosarcomas have been reported [4]. 
The tumor is typically infiltrative, large with extensive areas 
of necrosis and hemorrhages. The clinical presentation is very 
similar to that of anaplastic carcinoma with a painless, rapidly 
enlarging mass [5,6] . Early hematogenous metastasis is very 
frequent and the lungs are the most frequent metastatic site 
[7]. Patients live for only a few months from the time of di- 
agnosis if surgery can not be performed before extracapsuler 
extension [8]. We present a case of angiosarcoma of the thyroid 
gland in a 68 years old man.with atypical regional lymph node 
metastasis. 


Case Report 

Sixty eight years old male patient presented with a swelling on 
the right side of neck for the last six months. There was no 
symptoms like hoarseness, dyspnea, dysphagia and history of 
previously diagnosed goiter. At physical examination, a hard, 
tender, fixated and ill defined 5 cm mass was palpated in the 
right lobe of thyroid gland and there were two palpable lymph 
nodes (LN) on the same side of the neck. Other systemic exam- 
inations and laboratory tests including complete blood count, 
electrolytes, liver, kidney and thyroid functions were all within 
normal ranges. Computed tomographic (CT) examination of 
the neck and thorax revealed a heterogenous solid nodule with 
patchy calcifications in the right lobe of thyroid and multiple 
LNs with a maximum diameter of 2.5x1.5 cm in the same side 
of the neck. There were no pathologic findings other than fi- 
brotic bands and chronic changes in both lung fields 

Fine needle aspiration biopsy (FNAB) under radiological guid- 
ance was used both for the mass in the thyroid and LN in the 
neck. Both preparations revealed degenerated looking pleomor- 
phic atypical cells in a necrobiotic background. Total thyroidec- 
tomy with right modified radical neck dissection was applied 
with the presumed diagnosis of thyroid carcinoma metastasized 
to the regional LNs. The mass in the right lobe was adherent to 
surrounding muscles and soft tissues with extracapsular exten- 
tion. The postoperative period was uneventful. 

Bilateral thyroidectomy specimen was composed of a 3,5x2,5x2 
cm left lobe, 3x2x1 cm isthmus and 7,5x5,5x4 cm right lobe. On 
cut surfaces, left lobe and isthmus were normal but right lobe 
contained a 5,5x4x4 cm cream-yellow-brown colored heterog- 
enous textured lesion. Microscopically, left lobe and isthmus 
were seen as normal thyroid tissue. The lesion in the right lobe 
had heterogenous histology which had areas of cavernous blood 
filled spaces, wide areas of necrosis and sarcomatous solid pro- 
liferation. The lesion was seperated from the thyroid tissue by 
a thick but discontinuous collagenous stromal reaction, which 


contained a lot of hemosiderin filled macrophages. In the solid 
sarcomatous areas, clefts occured between the cells. In other 
areas, these clefts were seen to be filled with erythrocytes and 
some of the tumor cells even formed intracytoplasmic lumen 
with erythrocytes in it (Figure 1). Tumor cells were highly atypi- 
cal with 5 mitosis per 10 high power field. Extension to the ex- 
trathyroid adipocytic soft tissues was seen. Tumor cells were 
diffusely reactive for CD31 and F8, whereas focally for CD 34 
immunohistochemically. From the right neck dissection, 4 out 
of 19 lymph nodes were seen to contain metastasis. Same as 
the tumor in the thyroid, metastatic tumor was composed of 
sarcomatous areas containing a large number of blood filled 
clefts (Figure 2). There after the surgery, PET-CT was performed 
and multiple metastatic involvements were reported in lungs 
and bones. 
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Figure 1. Blood filled clefts between the highly atypical cells with some forming 
intracytoplasmic lumen containing erythrocytes (HE, x400). 


Figure 2. Metastatic angiosarcoma in the lymph node rich in blood filled clefts 
(HE, x200). 


Discussion 

Malignant vascular tumors known as agressive tumors with 
poor prognosis represent one of the rarest forms of soft tissue 
malignancies, comprising less than 1% of all sarcomas. They 
can occur at any location in the body. Angiosarcomas represent 
one of the major histological subtypes of malignant vascular 
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tumors. The term angiosarcoma is commonly used for all sarco- 
mas showing endothelial differentiation whether they originate 
in the vascular or lymphatic endothelium [9,10]. Angiosarcomas 
have a predilection for cutaneous sites, especially in the head 
and neck region of elderly male patients [11]. Leowardi et al. 
analysed 43 malignant vascular tumors and reported only two 
thyroid angiosarcomas [12]. The nearly exclusive presence of 
these tumors in the Alpine goiter regions and their progres- 
sive decline in incidence with the advent of iodine prophylaxis, 
suggests chronic goiter as a predisposing risk factor [13]. The 
case presented here also does not have history of goiter like 
some other cases in literature presented without previous goi- 
ter history [14]. As these tumors are large with extensive areas 
of necrosis and hemorrhage, they may resemble to hematoma. 
For this reason, the diagnosis with fine needle aspiration biopsy 
(FNAB) is very difficult [15,16]. Both FNAB preparations of our 
case were also composed of degenerated looking pleomorphic 
atypical cells in a necrobiotic background. Immunohistochem- 
istry provides the key diagnostic tool with positive staining for 
factor Vill-related antigen, CD34 (a hematopoietic progenitor 
cell antigen), CD31 (a vascular cell-to-cell adhesion molecule), 
and Ulex Europaeus Ilectin (an endothelial marker), but negative 
staining for most epithelial markers [16-18]. 

The second most frequent metastatic site after the lungs is 
bone marrow. Thyroid angiosarcomas presented with anemia 
were also reported [19]. Regional LN metastasis is quite rare for 
these tumors [11]. During our literature search, we have seen a 
report from Slovenia about the presence of radiologically de- 
tectable enlarged LNs [3]. But we could not find any report on 
histologically verified regional LN metastasis. 

The metastasis was not diagnosed with preoperative CT exami- 
nations. Both lung and bone metastasis were diognosed with 
postoperative pozitron emission tomographic (PET-CT) exami- 
nations. The development of distant metastasis shortly after 
the surgery makes us think about the presence of micrometas- 
tasis that were not able to be diagnosed before surgery [20]. 
Clinical studies on angiosarcomas introduced that these tumors 
and their metastasis show functional activity with PET-CT early 
in their progression [21]. 

Lobectomy was settled for total thyroidectomy was for some 
cases reported in literature due to adjasent tissue invasion 
[4,14]. The survival for these cases was limited for few months. 
Recent molecular, immunohistochemical and ultrastructural 
studies have shown that thyroid angiosarcomas are completely 
different tumors from angiomatoid anaplastic carcinomas. 
Regional LN metastasis of these tumors is an occurence. Lon- 
ger survival with these tumors is only possible with agressive 
surgery and whenever a regional LN metastasis is detected, 
neck dissection should be tried. New therapeutic advances will 
only be possible with increased knowledge about thyroid angio- 
sarcomas. 
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